I believe the modem interest in spontaneous perilymph fistula began in the minds of a small group of-"true believers" who expanded this belief into a cottage industry of locating and closing these "leaks," with the decline in the number of operations for otosclerosis and chronic otitis media. In my opinion, the "myth" of spontaneous perilymph fistula has become a "cancer" eating at the credibility of otolaryngology. This myth of spontaneous perilymph fistula has become so accepted, one is in danger of being sued for not exploring for spontaneous perilymph fistula, even when the patient has only the meagerest of signs and symptoms, if he or she later gets into the care of one of the "true believers." If there is such a thing as spontaneous perilymph fistula, then I wish to be informed about it, but if there is not, and hard proof of spontaneous perilymph fistula is not produced, I hope this article will begin to put to rest the myth of spontaneous perilymph fistula.
My objections to spontaneous perilymph fistula are threefold:
• No characteristic signs, symptoms, and diagnostic tests exist for spontaneous perilymph fistula. • No typical pathology has been identified associated with spontaneous perilymph fistula. • No logical explanation of how a spontaneous perilymph fistula, if it did exist, could cause the bizarre array of signs and symptoms usually attributed to it. I want to make it very clear that I know congenital defects of the oval and round windows and the surrounding middle ear do occur, with perilymph leak. These patients, usually young, manifest a variety of signs, symptoms, and complications, the most important being meningitis, which they are prone to get. I also agree there are traumatic and postoperative perilymph fistulas, with a wide variety of signs and symptoms, and no reliable diagnostic tests.
Postoperative perilymph fistulas first appeared in large numbers 30 years ago after the introduction of Gelfoam, fat, and loose connective tissue as an oval window seal around a Teflon or stainless steel piston prosthesis, inserted directly into a small opening in the footplate, without an interposed living oval window seal for otosclerosis. These postoperative perilymph fistula usually developed at once, and not one reliable test was ever developed to confirm the diagnosis when suspected. The patients generally had a slight mixed hearing loss-less often, loss of balance or true dizzy spells. Many of them had normal hearing most of the time, with occasional fluctuations for no apparent reason. Most did not have significant sensorineural hearing loss or severe dizzy spells.
If these patients with large, wide-open perilymph fistulas had no more signs and symptoms, I do not understand how so-called "spontaneous" perilymph fistulas could cause all the bizarre array of signs and symptoms attributed to them." With postoperative perilymph fistulas, one had to have a high index of suspicion if the hearing did not come up as expected, or the patient was unsteady after operation. These ears were explored, and when a perilymph fistula was found, it was closed by insertion of loose connective tissue into the fistula, or by removal of the prosthesis, interposing a living oval window seal (such as vein), and then replacing the prosthesis. This large experience with real postoperative perilymph fistula made me skeptical of these so-called "spontaneous" perilymph fistula when others began to report them about 20 years ago.
If there is no such thing as spontaneous perilymph fistula, then how did the mania of finding and closing them come about? In my opinion, it began by not understanding how diverse and bizarre fluctuations in hearing, dizziness, and loss of balance can be from a multitude of causes, especially endolymphatic hydrops of Meniere's disease. When interrogated by a willing and sympathetic listener, patients can and will describe the most bizarre complaints of fluctuations in hearing, fullness in the ears, tinnitus, dizziness, loss of balance, etc. Furthermore, the fluctuations in hearing and other signs and symptoms that can take place spontaneously, or as a result of endolymphatic hydrops, allergy, immune response, stress, etc., are almost beyond belief. All of us are aware of the "double-blind placebo" operations on the endolymphatic sac for Meniere's disease performed in Denmark.?" The fifteen patients with the "placebo" operation, which was a cortical mastoidectomy, did significantly better than the fifteen patients in whom a decompression of the endolymphatic sac was performed. In the first endolymphatic sac operation otolaryngology-Head and Neck Surgery I ever attempted, in exposing the mastoid I tore the posterior canal wall skin and, because this contaminated the mastoid cavity with the canal bacteria, I stopped the operation. I told the patient's husband at once, but we both agreed not to tell the patient what had happened. To my surprise, when the patient awoke, her hearing was better and her fullness, tinnitus, and dizzy spells were much improved for 2 years. When the hearing loss, fullness, tinnitus, and dizzy spells returned, the patient was told what had happened at the first operation, and a proper mastoid shunt of the endolymphatic sac was performed, with a similar but less dramatic improvement.
One patient, recently nominated for streptomycin perfusion of the labyrinth for stage III Meniere's disease, with fullness, tinnitus, severe nonfluctuant sensorineural hearing loss with poor discrimination and dizzy spells, called several days before the day of operation to say her mother-in-law, who had lived with her for the 30 years of her marriage, had died. This greatly relieved the tension in her home, and her Meniere's disease had spontaneously improved. A hearing test showed almost normal hearing, and her fullness, tinnitus, and dizzy spells were gone. When the patient consents to-and most especially goes through-an operation, he or she has a vested interest in the improvement expected, no matter what is done. That the myth of spontaneous perilymph fistula would occur does not surprise me, driven as it has been by the engine of the almost challenge-proof exploration and closure operations, with no standard of response existent, for which such handsome fees are paid with no objection.
It is imperative to distinguish between congenital perilymph fistula, which certainly do occur in children and which may be the cause of some progressive sensorineural hearing loss, and the usual congenital sensorineural hearing loss, which may be progressive, resulting from maldevelopment and later deterioration of the cochlea. I do not dispute that these congenital perilymph fistulas with progressive sensorineural hearing loss in children do occur. Most agree that no diagnostic test for them is conclusive, although a CAT scan of the oval and round window will often reveal a leak when one is present, with or without a large cochlear aqueduct. I do not agree that every child with a progressive sensorineural hearing loss should be explored for possible congenital perilymph fistula.
Nearly 20 years ago, I reported a profuse perilymph leak in a young boy with congenital footplate fixation during an attempted stapedectomy." I was able to stop the leak of spinal fluid from the oval window opening by putting a Teflon catheter drain in the lumbar spinal Volume 107 Number 5 November 1992 fluid space to drain away the excess spinal fluid for 5 days while the vein over the oval window opening healed. This is a lot easier way to deal with a profuse spinal fluid leak from the oval window than closing the large cochlear aqueduct, which is the usual cause of this problem, [10] [11] or when it results from an abnormally large modiolus, with free communication between the spinal fluid and perilymph. 12 What is in dispute is the clinical picture of spontaneous perilymph fistula, which, from a review of the literature, is a vague assortment of all the audiologic and vestibular signs and symptoms conceivable. Such a lack of clarity in the clinical picture of spontaneous perilymph fistula makes me disbelieve it exists at all. From my reading of the literature, there is no widely available conclusive diagnostic test for spontaneous perilymph fistula. I am not surprised at this because there is no conclusive diagnostic test for the very real postoperative perilymph fistula confirmed at operation. The lack of acceptance, by those who allegedly see some fluid appear in the oval and round window niche, that this is perilymph, and the search for a conclusive test of the liquid to verify that it is perilymph makes me disbelieve that such a leak is present. If those looking at the "leak" cannot agree that this is perilymph, then it is hard for me to believe that such a leak really does exist. This is the most telling condemnation of spontaneous perilymph fistula. The lack of uniformity of results after operation, the recurrence rate of 21 % to 47%, 6 the large number of allegedly bilateral leaks," and the 85% of patients with presumptive diagnosis of perilymph fistulas experienced spontaneous resolution of symptoms and presumably healed their perilymph fistulas after conservative management, which is modified bed rest 6-all of which make the diagnosis and treatment of spontaneous perilymph fistula hard to believe. The fact that the same "closure" of the leak is performed whether a perilymph "leak" is seen or not, and the results are the same" whether a leak was found or not, makes me reject the whole idea of spontaneous perilymph fistula as a joke, a cruel joke on the patient who submits to such an exploration.
The lack of corresponding histopathology, except for the several reports by Kohut reported that he has examined the temporal bones in the reports by Kohut et al. and does not agree that they show patent perilymph fistulas from the fissula ante fenestram, between the posterior semicircular canal and the round window, or through Hyrtle's fissure. Isamu Sando, MD, t in a personal communication to me, said he has never seen a temporal bone, with or without the usual clinical picture, with spontaneous perilymph fistula.
Finally, the wide divergence in the belief in and exploration for spontaneous perilymph fistula, so that on average of those responding to the questionnaire by Gordon Hughes, MD,15 4.6 explorations for perilymph fistula out of 197 otologic operations were performed in the year of study, with a few "true believers" reporting many explorations, two or three by many, and many of us reporting none at all.
I believe there is no anatomic foundation for spontaneous perilymph fistula because there are not temporal bones showing spontaneous perilymph fistulas, with or without the associated clinical picture. My preoperative evaluation of patients suspected of having Meniere's disease and the other signs and symptoms usually associated with spontaneous perilymph fistula always includes those tests usually performed to make the diagnosis of spontaneous perilymph fistula. These are complete air, bone, speech, and impedance audiometry transtympanic electrocochleography, slow harmonic acceleration, electronystagmography, posturography, and electronystagmography-monitored fistula test. Despite doing all these tests, I have never made the presumptive diagnosis of spontaneous perilymph fistula, never explored any patient looking for a spontaneous perilymph fistula, and never found one incidentally in the 1251 operations for Meniere's disease I have performed in the last 10 years.
None of the widely available diagnostic tests are claimed to be able to confirm the diagnosis of spontaneous perilymph fistula, so I never make the diagnosis of spontaneous perilymph fistula after doing them.
There are various tests being advocated to prove that fluid appearing in the oval window and/or round window niche is perilymph, 16 but if I ever saw fluid coming from a spontaneous fistula in the fissula ante fenestram of the oval window or round window niche or anywhere between in the middle ear, I would know it is perilymph.
In more than 36,000 otologic operations, I have never seen such fluid appear, so I must conclude spontaneous perilymph fistulas do not occur, or, if they do, they are so rare I have never seen one. The round window mem-*Sando, Isamu. Personal Communication, September 1991. 6f6 Editorial brane is usually deep in the round window niche and, in most ears, a lot of bony overhang must be removed before the round window membrane can be seen. Many surgeons today, operating without a speculum holder, cannot remove the bony overhang of the round window without damage to the round window membrane, which can then leak perilymph. I simply do not believe the reported sightings of spontaneous perilymph fistula, just as I do not believe the reported sightings of flying saucers.
In summary, spontaneous perilymph fistula is a vague nonentity, with no characteristic signs, symptoms, and diagnostic tests, no corresponding histopathology, no convincing findings at operation, and no consistent results from operation. Like flying saucers, spontaneous generation of bacteria, and the flat-earth theory, it is time to discard the myth of spontaneous perilymph fistula.
